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AP: anterior—posterior

BBS: Berg balance scale

CCA: cortical cerebellar atrophy

CV: coefficient of variation

DCCA: dominantly inherited cerebellar cortical atrophy
DRPLA: dentatorubral—pallidoluysian atrophy

ML: medial-lateral

MSA: multiple system atrophy

PD: Parkinson’s disease

SARA: scale for the assessment and rating of ataxia
SCAG: spinocerebellar ataxia type 6

SCA 31: spinocerebellar ataxia type 31

SCD: spinocerebellar degeneration

SD: standard deviation

UMSARS: unified multiple system atrophy rating scale
UPDRS: Unified Parkinson Disease Rating Scale

VT: vertical
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26 2405 Yahr 1(F IO HOSEIR, HHEE) . 12 4 2% Yahr 2 (MAIORELR) . 11 42
Yahr 3(BBNHEELRBDOL) ThoTo,

FHE(K 5)

BATIRNT RS LT —vavba—F — (ASFDT Ahe LSI AT = A RES 7.5
cm X 5cm X 2cm, B 95g) AfEH LT, BRI OWTUIBI T2 TR
P EE B 4 SARA %(3 2)& BBS" °(3% 3) TRIAM L. Zi kf REEIC B\ T T4Y
Hr&ATHOE AN PR B EIE L2 UPDRS (R 4)& BBS TRIAM L | A TAEHT IR I AR T B A
HIELTZ, SCD BEDNH)D SARA 1T 13.26 £4.43, PD #£D ) UPDRS 111 1% 18.48
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+8.48 Th~o7z,
A el Fe 2 I B L O EIc L a—& — 2 E URIE Lz, HIE LB B IR
FNZEI 1 FEOSIALTE, 6 47T 30m OB EEIFEEAITTHIETIT-o
72(6 S3AAT)S 6 7 I TIRER I Rl A Z=A0E (e T DHEE = — 7 el U o
MR HFFEJASMITT #FE)° &1L &5 THIRIIE TER A S TOLHESZLTE
FETHD, BRRERE TN Z T > TWDEEITELNTINEE(E 54 X (A
J5 17, medial-lateral; ML), Y #ili(Z& B J5 6], vertical, VT). Z il (Fij#& )7 A,
anterior—posterior; AP)& L7z, Sampling frequency % 100Hz &L . JE 1S 54 N
ENTT VAN AEY = —RITRAFEL . fRBT LT,
T2l ENENOIEE S E, LLT O TFIETYY) average LA ENFRE
(coefficient of variation; CV)®D 2 DD /RTA—HEEHILT-,
1. ENENONEEE LT 2 BIfFES L., @ik /L2 CARLEE L EB)
AR AT E A SR T 1,

2. MBI ETOERE—7OEEBHPIEEZAT T AHHL, EFORELT
KDY, Y2 &F5),

3. Amplitude 1Z(Y1-Y2)/2 EEFRL ., HARITREO R > & J5 MIELHLRE D [ 5y
(o EILTZ,

4. Amplitude @ average & CV 1%, EERFE 7 MR T TR LT,

Fo SMALREDORDOEN X2 E BALTH72DOI, LT DI TA—FER LT,
1. Window size 5.6 F/ZT. moving—window average 25V 3 DD NN %4y
a,(1), a,(t), a,()ZEH{LL., 3 DDX—2F 1 B,(t), B,(t), B,()Z KD 7=,

2. KRoOBXZIVHELNC, RNTA—ZT,
max[|B,(t)-B,(0)|]JML J7 D K drift). max[|B,t)-B,(0)|J(AP J5 1 @ & K
drift), £L T
max[{[B,(t)-B,(0)*+[B,(t)-B,(0)]*+[B,(t)-B,(0)]’}"°](fx K total drift)zsKe 7=,
3. A ROEIXICIVA LD H(fluctuations)Z E & T D728 a,(t)-B, () DIE
YEMR 2= (fluctuation along ML), a,(t)-B,(t) DIE#E{F 7= (fluctuation along AP)%
BFHL,
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Fluctuation of acceleration

fluctuation ({Z#E{RF 2)

Daélination'of baseline.

H17

ARRT2EYFDIMEEHE ) ¥

ERBUIBEBEELL,
ﬂ/
{4
(

Y

‘A 2ES
B ‘\ MEE — HAEIE

amplitude = (Y1-Y2)/2

*mean amplitude

- ZENREH(CV=standard deviation/ mean value)
HITHHEIEESh TN IECVIHIEED

5 AT ORI
ARZNTHIE R, A ER I [E E S 2 By b 3R TR EEFHZ LY IEELAHIEL . Fhk
HEITINL T, X—AT A& fluctuation, 2 THRHCIT L IEIE L | ZEURE(CV)D 2 >3
FA=HEZ NGO X Y B, Z 8L TR,

TN —7 RO 121X, Student t #MREZE VY, K BESE L L OMENTIZI Pearson
MBI A . JMP(R) Pro 11.2.0 software(SAS )& {# FHL7-, p<0.05 B &E &L,
L R E 21T Holm 12 V-,

EEGER
FRT A —HZ D (3K 6)

SCD HE L PD AL, SCD BB RELEE X EREDO TN ZE LD I/NTA—H %
e U7, B, T a0 VT OIREIXA B SCD BEFE TR o728
(p<0.001), Z%8DIH B Tl SCD BERED /RTA—=H N\ -72(5 6),
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#6 SCD i ha—/L flg=s ha—/Lo s

Patient Parkinson” s Disease Healthy Control
Mean SD Mean SD p Mean SD p

lower back straight Mean amp.(ML) 0.0322  0.0152  0.0233  0.0066 0.011 0.0179 0.0056 <0.001%
CV(ML) 0.2258  0.0789  0.1236  0.0360  <0.001* 0.1795 0.0555 0.020

Mean amp. (VT) 0.0140  0.0054 0.0139  0.0064 0.948 0.0206 0.0060 <0.001%

CV (VD) 0.2121  0.1298 0.1652  0.0784 0.129 0.0895 0.0234 <0.001%

Mean amp. (AP) 0.0132  0.0032  0.0119  0.0050 0.273 0.0152 0.0026 0.020

CV (AP) 0.2634 0.1379  0.1798  0.0829 0.012 0.1053 0.0329 <0.001%

turn Mean amp. (ML) 0.0369  0.0127  0.0270  0.0073 0.001 0.0260 0.0062 <0.001%
CV(ML) 0.3129  0.1278  0.2275  0.0991 0.011 0.4107 0.1800 0.032

Mean amp. (VT) 0.0103  0.0044 0.0103  0.0053 0.994 0.0165 0.0054 <0.001%

CV (VD) 0.3987 0.1664 0.3266  0.0860 0.060 0.2654 0.0719 <0.001%

Mean amp. (AP) 0.0121  0.0031  0.0113  0.0063 0.560 0.0146 0.0027 0.005

CV (AP) 0.4361 0.2165 0.3135  0.0969 0.013 0.2205 0.0806 <0.001%

open eye Baseline (ML) 0.2214  0.1596  0.2094  0.1608 0.791 0.1179 0.0672 0.004
Baseline (AP) 0.4048 0.3425 0.4286  0.3169 0.800 0.4010 0.3379 0.969

Baseline (total) 0.4654  0.3581 0.4916  0.3305 0.790 0.4317 0.3297 0.730

Fluctuation (ML) 0.0992  0.0422 0.0715  0.0407 0.023 0.0561 0.0148 <0.001%

Fluctuation (AP) 0.1344  0.0486  0.0930  0.0398 0.002 0.0918 0.0219 <0.001%

closed eye Baseline (ML) 0.1913  0.1466  0.1459  0.0882 0.191 0.1221 0.0745 0.041
Baseline (AP) 0.4381 0.3153  0.3427  0.1977 0.206 0.3230 0.1667 0.113

Baseline (total) 0.4854  0.3341 0.3877  0.2163 0.226 0.3492 0.1611 0.073

Fluctuation (ML) 0.1337  0.0693  0.0782  0.0314 0.001 0.0621 0.0222 <0.001%

Fluctuation (AP) 0.1888 0.1022 0.0976  0.0344  <0.001* 0.0986 0.0241 <0.001%

upper back straight Mean amp. (ML) 0.0390  0.0140 0.0271  0.0074  <0.001* 0.0233 0.0053 <0.001%
CV(ML) 0.1929  0.0808 0.1237  0.0357  <0.001* 0.1382 0.0410 0.004

Mean amp. (VT) 0.0135  0.0064 0.0138  0.0064 0.847 0.0197 0.0050 <0.001%

CV (VD) 0.2234 0.1375  0.1744  0.1018 0.158 0.0784 0.0205 <0.001%

Mean amp. (AP) 0.0091 0.0034 0.0101  0.0066 0.520 0.0106 0.0019 0.066

CV (AP 0.5382  0.2666 0.2615  0.1346  <0.001* 0.1335 0.0437 <0.001%

turn Mean amp. (ML) 0.0424 0.0125 0.0344  0.0088 0.011 0.0326 0.0073 0.001
CV(ML) 0.2688  0.1047  0.2082  0.0925 0.035 0.3032 0.0990 0.239

Mean amp. (VT) 0.0102  0.0041  0.0102  0.0049 0.981 0.0160 0.0048 <0.001%

CV (VD) 0.4321  0.2177  0.3479  0.1053 0.088 0.2589 0.0731 <0.001%

Mean amp. (AP) 0.0100  0.0033  0.0104  0.0077 0.824 0.0101 0.0021 0.912

CV (AP) 0.6986  0.2400 0.4851 0.1456  <0.001* 0.3728 0.1398 <0.001%

open eye Baseline (ML) 0.2469  0.2317  0.2005  0.1440 0.399 0.1378 0.0736 0.030
Baseline (AP) 0.2997  0.1512  0.5240  0.3582 0.006 0.2661 0.1945 0.499

Baseline (total) 0.4291 0.3839 0.6158  0.3933 0.096 0.2980 0.1951 0.134

Fluctuation (ML) 0.1097 0.0515 0.0786  0.0466 0.030 0.0683 0.0158 <0.001%

Fluctuation (AP) 0.1224  0.0498  0.0973  0.0387 0.053 0.0762 0.0181 <0.001%

closed eye Baseline (ML) 0.2421  0.1551  0.2018  0.1291 0.323 0.1155 0.0831 <0.001%
Baseline (AP) 0.4685  0.3563  0.5592  0.3704 0.382 0.3356 0.1969 0.109

Baseline (total) 0.5360  0.3610  0.6366  0.4203 0.368 0.3624 0.2017 0.041

Fluctuation (ML) 0.1483  0.0801  0.0851  0.0339  <0.001% 0.0712 0.0194 <0.001%

Fluctuation (AP) 0.1862  0.0950 0.0962 0.0368  <0.001* 0.0843 0.0184 <0.001%

SD, standard deviation; CV, coefficient of variation; ML, medial/lateral; VT, vertical; AP, anterior—posterior

*: Patient vs PD, Holm {EfIECHEZEHY 1: Patient vs Healthy Control, Holm JEf1E CHEZAHY

[EOE, iR VT OIRIEITAEIZ SCD TR o723, 240 H Tld SCD JEHED/ 3T A= MEn Tz,
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fat & it FREE CORRE (K 6)

I EBALD CV Zfd et A HE CTRETLIZ, ML, VT O CV IZEFEICTHE
(KL (p<0.05, [X 6-a,b,d,e), AP @ CV [ZIEEHEL( 6-c,) TEMERFIZITA BT
<p<0 05), & —REZIZTA BB DD DD MEA 2 772, ZHid ML, VT

HBITOSIIIMEE T, AP IZEF TR, Tb b FH OBITITA
75 RTINS C, BT I TR RIS CW BB 2 T,
DIz | AHFFEIZFB W TIEL, ML, VT 13T EROD /8T A—H2 % AP [ ZIEAS 0D/ 3T R
— 2B LI,

a) VML), siraight b} ovvT, straight &) OV (AP}, straight
25vs.25 p=0.001 25v5.25 p= 0003 25vs 25 p= 0001
0.25 L1 el
02 o1 15
008
15
ol
006G
a1
004
005
0.05 0.02
1] 0 [\
Lower Upper Lower Upper Lower Upper
d) CWY(ML), turn a) CV(VT), turn I CVIAP), wm
25vs 25 p<0.001 25vs 25 p=10427 25vs.25 p< 0001

0.6

0.6 03 05
0.5 025

0.4
0.4 02

03
0.3 015

02
0.2 0.1

ol 0.05 ol

Lower Upper Lower Upper Lower Upper

6 NICBITDE/STA—=Z O MR« A i (mean +SD)
FEAFHEML), TE S FEVTO CV XM E T, mitk HEIAP)D CV IZNEE TR -7,

EYEE L OMBEGEERT, 8, KT

WIZ, 3 IRITIER LR THRONT-ENEND /T A—2 L EIEE(SARA, BBS)ED
FAREAFR 71T, 30D IE H A3, BBS, SARA & WA A R0 -, B THED
SERHENEE CV D JF I8, SIAL « J7 A SRR 2 e U OV VEBIZ R LT, Rl iy
o> ML EHHRIE(R = 0.65, p<0.001)E VT @ CV(R = 0.64, p<0.00 )3 b A E I
HEFEEFBIL QX T-a,d),
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KT FAN\TA=HEHIEFZOFAR, p i

SARA  (p) BBS  (p) SARA  (p) BBS  (p)
lower back straight Mean amplitude (ML) 0.61 0.001 -0.62 0.001 lower back open eye Baseline (ML) 0.46 0.021 -0.40 0.045
CV (ML) 0.29 0.154 -0.43 0.034 Baseline (AP) -0.18 0.388 0.31 0.132
Mean amplitude (VT) -0.41 0.044 0.51 0.010 Baseline (total) -0.03  0.898 0.16 0.432
CV (VT) 0.70  <0.001* -0.79 <0.001* Fluctuation (ML) 0.34 0.099 -0.38 0.064
Mean amplitude (AP) 0.08 0.709 -0.05 0.825 Fluctuation (AP) 0.31 0.126 -0.36 0.074
CV (AP) 0.49 0.013 -0.69 0.000 closed eye Baseline (ML) 0.32 0.121 -0.47 0.018
turn Mean amplitude (ML) 0.36 0.082 -0.36 0.074 Baseline (AP) 0.30 0.149 -0.34 0.092
CV (ML) 0.02 0.919 -0.24 0.239 Baseline (total) 0.30 0.144 -0.35 0.083
Mean amplitude (VT) -0.38 0.060 0.49 0.012 Fluctuation (ML) 0.42 0.039 -0.58 0.003
CV (VT) 0.49 0.012 -0.67 <0.001x Fluctuation (AP) 0.37 0.067 -0.47 0.018
Mean amplitude (AP) 0.05 0.822 -0.01 0.951 upper back open eye Baseline (ML) 0.07  0.738 -0.27 0.195
CV (AP) 0.40 0.050 -0.65 <0.001* Baseline (AP) 0.15 0.471 -0.19 0.376
upper back straight Mean amplitude (ML) 0.65 <0.001* -0.70  <0.001* Baseline (total) -0.04  0.851 -0.11 0.605
CV (ML) 0.59 0.002 -0.66 <0.001x Fluctuation (ML) 0.29 0.163 -0.36 0.079
Mean amplitude (VT) -0.36 0.076 0.49 0.013 Fluctuation (AP) 0.53 0.007 -0.57 0.003
CV (V1) 0.64 <0.001* -0.81 <0.001* closed eye Baseline (ML) 0.29  0.165 -0.47 0.018
Mean amplitude (AP) 0.44 0.029 -0.50 0.011 Baseline (AP) 0.39 0.051 -0.48 0.015
CV (AP) 0.58 0.002 -0.78 <0.001* Baseline (total) 0.40 0.045 -0.52 0.008
turn Mean amplitude (ML) 0.24 0.245 -0.22 0.296 Fluctuation (ML) 0.43  0.032 -0.60 0.002
CV (ML) 0.34 0.092 -0.57 0.003 Fluctuation (AP) 0.55 0.004 -0.65 <0.001%
Mean amplitude (VT) -0.26 0.207 0.37 0.069
CV (VT) 0.35 0.084 -0.61 0.001
Mean amplitude (AP) 0.52 0.008 -0.63  <0.001*
CV (AP) 0.34 0.097 -0.60 0.002

SARA: scale for the assessment and rating of ataxia, BBS: Berg Balance Scale, CV: coefficient of variation ML: medial/lateral, VT: vertical, AP: anterior/posterior * statistically significant.

ZHOEAN, BBS, SARA & EWHEE A

b HEEART TR (straight) O XEHIENE & CV D J5As. Stz (open/close eye) « J7 A (turn)iZ b L TEWMHEBE 2R L7-
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—&— Lower back: R =029, p=10.154

—&— Lower back: R = 0.61. p=0.001 ) T . P _
a) O Upper back: £ = 0.65, p < 0.001 b O Upper back: £ =0.59, p = 0.002
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EHIT, ZNBHD /ST A2 SARA OAMTEREIE H L6 A B I ZAEEIL TV - (52 8, SARA(gait) DA HR),

8 KT A—HLFERT —H DR

Disease SARA SARA Gait
Age Onset age SARA BBS

duration (gait)  (standing) Distance
Mean amplitude (ML), straight, lower back R -0.17 -0.30 0.21 0.61 0.63 0.56 —0.62 —0.68
p 0.411 0.143 0.320 0.001  <0.001 0.004 0.001 <0.001
CV (ML), straight, lower back R 0.32 0.38 -0.09 0.29 0.33 0.30 -0.43 -0.20
p 0.116 0.061 0.688 0.154  0.105 0.144 0.034 0.327
Mean amplitude (VT), straight, lower back R —0.25 —0.25 —0.02 -0.41 —0.49 -0.51 0.51 0.89
p 0.223 0.238 0.924 0.044  0.013 0.009 0.010 <0.001
CV (VT), straight, lower back R 0.01 -0.06 0.10 0.70 0.75 0.72 -0.79 -0.78
p 0.983 0.788 0.632 <0.001  £0.001 <0.001  <0.001 <0.001
Mean amplitude (AP), straight, lower back R 0.18 0.20 -0.03 0.08 0.01 0.03 -0.05 0.14
p 0.386 0.336 0.898 0.709  0.953 0.883 0.825 0.506
CV (AP), straight, lower back R 0.36 0.37 -0.01 0.49 0.59 054  -0.69 -0.67
p 0.080 0.071 0.974 0.013  0.002 0.005  <0.001 <0.001
Mean amplitude (ML), turn, lower back R -0.35 -0.36 0.01 0.36 0.37 0.27 -0.36 -0.41
p 0.091 0.078 0.949 0.082  0.067 0.201 0.074 0.040
CV (ML), turn, lower back R 0.49 0.42 0.13 0.02 0.05 0.04 -0.24 -0.06
p 0.013 0.037 0.538 0.919  08l11 0.850 0.239 0.769
Mean amplitude (VT), turn, lower back R —0.34 -0.28 -0.11 -0.38 -0.47 -0.41 0.49 0.81
p 0.100 0.176 0.618 0.060  0.019 0.040 0.012  <0.0001
CV (VT), turn, lower back R 0.32 0.13 0.33 0.49 0.56 0.51 -0.67 -0.61
p 0.120 0.550 0.110 0.012  0.004 0.009  <0.001 0.001
Mean amplitude (AP), turn, lower back R 0.23 0.21 0.05 0.05 —0.01 0.05 -0.01 0.09
0.260 0.313 0.828 0.822 0974 0.819 0.951 0.684
CV (AP), turn, lower back R 0.47 0.41 0.11 0.40 0.53 0.47 —0.65 -0.57
p 0.019 0.043 0.600 0.050  0.006 0.018  <0.001 0.003
Mean amplitude (ML), straight, upper back R -0.02 -0.17 0.26 0.65 0.71 0.59 -0.70 -0.78
p 0.940 0.404 0.210 0.000  <0.001 0.002  <0.001 <0.001
CV (ML), straight, upper back R 0.26 0.24 0.04 0.59 0.61 0.57 -0.66 -0.38
p 0.210 0.244 0.861 0.002  0.001 0.003  <0.001 0.058
Mean amplitude (VT), straight, upper back R -0.21 -0.22 0.00 -0.36  -0.46 -0.49 0.49 0.87
p 0.311 0.301 0.999 0.076  0.020 0.014 0.013 <0.001
CV (VT), straight, upper back R 0.01 0.04 -0.04 0.64 0.74 0.70 -0.81 -0.80
p 0.949 0.854 0.844 <0.001  <0.001 <0.001  <0.001 <0.001
Mean amplitude (AP), straight, upper back R -0.09 -0.05 -0.07 0.44 0.38 0.44 -0.50 -0.25
0.674 0.831 0.725 0.029  0.061 0.026 0.011 0.226
CV (AP), straight, upper back R 0.41 0.30 0.19 0.58 0.69 0.64 -0.78 -0.72
p 0.042 0.144 0.359 0.002  <0.001 <0.001  <0.001 <0.001
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Mean amplitude (ML), turn, upper back R -0.35 -0.38 0.05 0.24 0.24 0.12 -0.22 -0.31
p 0.090 0.061 0.830 0.245  0.255 0.584 0.296 0.136

CV (ML), turn, upper back R 0.59 0.39 0.33 0.34 0.39 0.38 -0.57 -0.34
p 0.002 0.051 0.106 0.092  0.057 0.064 0.003 0.097

Mean amplitude (VT), turn, upper back R -0.23 -0.20 -0.06 -0.26  —0.35 -0.32 0.37 0.79
p 0.266 0.346 0.761 0.207  0.085 0.122 0.069 <0.001

CV (VT), turn, upper back R 0.44 0.18 0.43 0.35 0.44 0.48 -0.61 -0.54
p 0.030 0.390 0.031 0.084  0.030 0.016 0.001 0.005

Mean amplitude (AP), turn, upper back R 0.18 0.15 0.05 0.52 0.54 0.50 -0.63 -0.37
p 0.391 0.464 0.819 0.008  0.006 0.010  <0.001 0.069

CV (AP), turn, upper back R 0.45 0.32 0.24 0.34 0.45 0.42 -0.60 -0.55
p 0.024 0.124 0.258 0.097  0.023 0.037 0.002 0.004

Baseline (ML), open eye, lower back R -0.07 —0.16 0.13 0.46 0.41 0.35 -0.40 -0.17
p 0.728 0.459 0.528 0.021  0.045 0.088 0.045 0.408

Baseline (AP), open eye, lower back R —0.33 -0.21 -0.21 —0.18 -0.19 -0.24 0.31 0.41
p 0.105 0.307 0.325 0.388  0.363 0.254 0.132 0.040

Baseline (total), open eye, lower back R -0.29 -0.20 -0.15 —0.03 -0.05 -0.11 0.16 0.29
p 0.158 0.328 0.470 0.898  0.800 0.619 0.432 0.156

Fluctuation (ML), open eye, lower back R 0.04 0.06 -0.03 0.34 0.38 0.32 -0.38 -0.21
p 0.851 0.772 0.872 0.099  0.062 0.118 0.064 0.306

Fluctuation (AP), open eye, lower back R -0.14 -0.06 -0.14 0.31 0.32 0.26 -0.36 -0.09
p 0.498 0.770 0.515 0.126  0.116 0.214 0.074 0.663

Baseline (ML), closed eye, lower back R -0.41 -0.38 -0.07 0.32 0.33 0.41 -0.47 -0.15
p 0.042 0.065 0.740 0.121  0.109 0.042 0.018 0.479

Baseline (AP), closed eye, lower back R —0.16 -0.15 —0.01 0.30 0.30 0.23 -0.34 0.03
p 0.460 0.470 0.963 0.149  0.139 0.268 0.092 0.900

Baseline (total), closed eye, lower back R —0.22 -0.20 —0.05 0.30 0.31 0.25 -0.35 0.02
p 0.286 0.341 0.832 0.144  0.135 0.233 0.083 0.919

Fluctuation (ML), closed eye, lower back R 0.07 0.14 —0.12 0.42 0.48 0.46 —0.58 -0.23
0.757 0.509 0.572 0.039  0.016 0.020 0.003 0.273

Fluctuation (AP), closed eye, lower back R -0.07 -0.01 -0.11 0.37 0.40 0.37 -0.47 -0.08
p 0.736 0.969 0.617 0.067  0.046 0.068 0.018 0.709

Baseline (ML), open eye, upper back R 0.11 —0.03 0.23 0.07 0.09 0.28 —0.27 —0.12
p 0.589 0.903 0.266 0.738  0.682 0.184 0.195 0.567

Baseline (AP), open eye, upper back R -0.06 -0.05 -0.01 0.15 0.20 0.20 -0.19 0.18
p 0.792 0.803 0.976 0.471  0.329 0.348 0.376 0.401

Baseline (total), open eye, upper back R 0.04 —0.06 0.15 -0.04 -0.01 0.15 -0.11 0.08
p 0.870 0.785 0.468 0.851  0.978 0.479 0.605 0.700

Fluctuation (ML), open eye, upper back R 0.13 0.17 -0.05 0.29 0.33 0.28 -0.36 -0.18
p 0.526 0.426 0.808 0.163  0.106 0.180 0.079 0.384

Fluctuation (AP), open eye, upper back R 0.08 0.07 0.03 0.53 0.54 0.51 -0.57 -0.32
0.689 0.741 0.899 0.007  0.006 0.009 0.003 0.115

Baseline (ML), closed eye, upper back R 0.04 0.02 0.04 0.29 0.25 0.44 -0.47 -0.12
p 0.836 0.914 0.867 0.165  0.221 0.028 0.018 0.559
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Baseline (AP), closed eye, upper back R -0.17 -0.21 0.06 0.39 0.45 0.40 -0.48 -0.13
p 0.409 0.309 0.778 0.051  0.025 0.050 0.015 0.536

Baseline (total), closed eye, upper back R -0.18 -0.21 0.05 0.40 0.45 0.44 -0.52 -0.16
p 0.393 0.310 0.817 0.045  0.025 0.027 0.008 0.448

Fluctuation (ML), closed eye, upper back R 0.06 0.13 -0.11 0.43 0.47 0.49 —-0.60 -0.25
0.784 0.541 0.587 0.032  0.017 0.012 0.002 0.227

Fluctuation (AP), closed eye, upper back R 0.09 0.11 -0.04 0.55 0.58 0.57 —0.65 -0.24
p 0.670 0.591 0.866 0.004  0.003 0.003  <0.001 0.246

SARA: Scale for the assessment and rating of ataxia, BBS: Berg balance scale, CV: coefficient of variation
ML: medial/lateral, VT: vertical, AP: anterior/posterior * statistically significant.

KT AR EERRT — 2 OB FE: MBI R, TEE p fiE), Moo ML SEEHREIRE VT O CV 13 SARA O T/ S—heb A EIAHBEL
TV,
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PR EME ORI —PD BERE L DOEE (X 8)

b A BN ERERE L AHRS U QU od ML SRR & VT 0 CV % AR 2n M i
& L COBIRXHRTH 5 PDBERE & LUk U7z, IR TIRFO ML RN (M) 23,
SCD HRERECTPD BBEREL DV ARICKE D o7 (X8), BHIERE & OFERE, AN/ M
NG & U CORMEERBET S & /IR EE RO AR ) e~ — 1 — L LT
VL EERA TREO MR ML SEEHRIEDNE LTV D & B R T2,

Mean amp. (ML), straight €V (VT). straight

25vs.25 p<0.001 25vs.25 p=0.286

0.06 04
03

0.04
% 0.2

0.02
0.1
0 0

PD  SCA PD  SCA

X8 ety ST A—2 DY ~a— U PD)E DI (mean=®SD)
ERA TR D e A T HRIR R0 . SCD BERET PD BEREI VA EITRE) T,
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A TR ORRRT (3R 9)

6 A TR, ML L7CRHMITHETH 503, 30m DA THREOMELR, W ONZ R
IR ODORHMI 2 ZE L, S TN RERERE L H 0 5 %, £D7zs, TR OFEMED
AIREMEZ RS D72, 6 DA TO 5 BRI 3 73, % 3 S OEERE & OFEEI R
b Le (29), ZiLH OFBREN T Brand-Al tman plot (Z#id 5 & 7 7 ANT
OFHIRSGREIT 0. 976 L7020 | 6 EIAMTORP: L RETEDE LRV EER T, 2T
FERTIZ 30T DRHMMRHRI L S BIZEEHECTE D RIREMD ® D,

29 HATORPRE - %0 /3F A —~ L SARA & OFHEE

through (p) first (p) latter ()

lower back | Straight Mean amp. (ML) 0.61 0. 001 0. 61 0. 001 0.60 0. 001
CV (ML) 0.29 0. 154 0. 23 0. 268 0.29 0. 163

Mean amp. (VT) -0. 41 0.044 -0.39 0.062 -0.42 0. 039

cv (V1) 0.7 <0.001* 0.65 <0.001* 0.72 <0.001*

Mean amp. (AP) 0. 08 0. 709 0.09 0.673 0.07 0. 749

CvV (AP) 0.49 0.013 0.42 0. 038 0.49 0.012

Turn Mean amp. (ML) 0. 36 0. 082 0.39 0. 054 0.31 0. 135
CV (ML) 0. 02 0.919 -0.02 0. 930 0.07 0. 727

Mean amp. (VT) -0. 38 0.06 —0.37 0.065 -0.38 0. 059

cv (VD) 0.49 0.012 0.45 0.024 0. 52 0. 008

Mean amp. (AP) 0. 05 0. 822 0.01 0. 962 0. 06 0. 759

CvV (AP) 0.4 0. 05 0. 37 0.072 0. 36 0.077

upper back | Straight Mean amp. (ML) 0.65 <0.001* 0.68 <0.001* 0.61 0. 001
CV (ML) 0. 59 0. 002 0. 50 0.012 0. 60 0. 002

Mean amp. (VT) -0. 36 0.076  -0.35 0.091 -0.37 0. 065

cv (VD) 0.64 <0.001* 0.61 0. 001 0.63 0. 001

Mean amp. (AP) 0.44 0. 029 0.44 0. 027 0.41 0. 043

CvV (AP) 0. 58 0. 002 0.51 0.010 0.59 0. 002

Turn Mean amp. (ML) 0.24 0. 245 0.29 0. 157 0.19 0. 363
CV (ML) 0. 34 0. 092 0.21 0. 318 0. 42 0. 037

Mean amp. (VT) -0. 26 0.207 -0.27 0.198 -0.25 0. 226

cv (VD) 0. 35 0. 084 0. 38 0. 063 0. 36 0. 074

Mean amp. (AP) 0.52 0. 008 0.39 0. 054 0. 50 0.011

CV (AP) 0. 34 0. 097 0.32 0.115 0. 36 0.073

SARA: Scale for the assessment and rating of ataxia, BBS: Berg balance scale, CV: coefficient of

variation, ML: medial/lateral, VT: vertical, AP: anterior/posterior * statistically significant.
6 I TOI A3 73, #2320 D HUfEL ORISR HlL 7=, Brand-Altman plot |Zi#i ) 577 ANT
OFABHRENT 0.976 L7020, 6 S TORPELAL TN ELIRNEE R D,
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Do
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KOFHM A 7 — X0 GBI E LR Z BT 5 2 L ZFEAT 27201213, 4%
DOFRE & U CRIFIICHITRNT 2179 Z 12 X 0 | SARA L IRTTHRIT O B3R %
HEEF L. G EEOHEE (effect size DHEE) ZITWTHENSTOA ML S
DICHRFET DR DD, T AU K0 BATRENTIIE E O SLEUE A FE S 47z 72
5., ZOFBRRELZEEE~—I—L LTHWDLZ Licky, Zobleunskt
BEHTHRROERER/DZENTE DX M AR B 2R T 52 &0
BRICRD2bDLEEZD,

26



AR e O R

ARHFGEI B /N E BN S O AT IRAT I DUV TLL R ORI ALAME BTz,

- RO & bl Lo S d K OMEE T OB N T S |
BEOHEH TERE DT DI RKEVEEZ R LA B RS L OZ — U
O ETFREHEO R, BEOFDABIT/NSWVEEZ R LT,

- BEEE - O NT A= EHE LT 2 A ESTTII ENESRT
S DWW TIEIAS ER D B | B ST IS O W TS E 0 5 ORIEDN X 0 2Z20E
LT e, BEIEE & DR, WONT =% Y 8 & D b /M E
IR O EIEE 2 T2 A A~ — 1 — & LU CEBBITREO £ 45 R
BE23H LT\ D Z &R S LT,

IO ORRIT, ERERBITRAT N EE LTIV T, B R A TR
SNDNAF—T—ERVELZEEZTRBLIEERND D,

IO R A EREE~— = LTHWDL Z &Ik, X bnktg
BCRRDORMREFD ZLNTED LD R ARG 2258 5 2 L 3 AliE
ZRDbDEERD, TDIDOEHRDOBEL LT, BRI HITIT 217 9
Z LT R Y SARA & BATRRMT DBEALR A HERT L. HREBOHEE 21TV TIE
HrofMMEZ S BITHRET 2 L8R H 5,

27



e

R L a2 DTS- RO E G52 CIHE, JHE - JHifEEX £
U 72 6B KRS B R S FE R R R AR N B 2 0 B . xR
FESA, FOBUEETE  RE AR L9, £ A Ehd
HIZH =0 T HTE X £ U2 AREE KRB R S o R R R 99 HE S5 A2 o
RRNEHE B EEISEA [R) JeiREE R BRI 0 HEeR O
RS — e, BRREAEMCHC RD v F YV —t v & — KLk, $IBE 57 S$I5ke
PRERNEL RSO A /N SR B AR N R (B T S AL B R N
B K P Fbdde e, ARMFEICSINTEES ELIERE /MR AEHIERO NS —F oV
R DR, R 2 b — L L T D TEE E LRI L 0 G Lk
FET,

28



51 I SCHER

1

10

11

12

13

Tsuji, S. et al. Sporadic ataxias in Japan——a population—based
epidemiological study. Cerebellum 7, 189-197 (2008).
Schmitz-Hubsch, T. et a/. Scale for the assessment and rating of
ataxia: development of a new clinical scale. MNeurology 66,
1717-1720(2006) .

PERER R & . 8 U/ M e B 2 5 00 BE B RF Al A 77— )L Scale for
the Assessment and Rating of Ataxia (SARA) H ARFEMRDO{EHEMIZEHT 5
Bt Brain and Nerve: fHiEAFFEOHEAS 61, 591-595(2009).

Berg, K. 0., Wood-Dauphinee, S. L., Williams, J. I. & Maki, B.
Measuring balance in the elderly: validation of an instrument. Can.
J. Public Health 83 Suppl 2, S7-11(1992).

Matsushima, M. ez a/. Reliability of the Japanese version of the Berg
balance scale. Intern. Med. 53, 1621-1624(2014).

Yabe, I. et a/. Rare frequency of downbeat positioning nystagmus in
spinocerebellar ataxia type 31. J. Neurol. Sci. 350, 90-92(2015).
Fahn S, E. R., and members of the UPDRS Develpment Committee. In
Recent developments in Parkinson’s disease. (Marsden CD, Fahn'S,
Calne DB, et al. eds), Macmillan Healthcare Inforemation, Florham
Park, 1987, pp.153-163.
ATS statement: guidelines for the six—minute walk test. Am. J. Respir.
Crit. Care Med. 166, 111-117(2002).

Katsuno, M. et al/. Efficacy and safety of leuprorelin in patients
with spinal and bulbar muscular atrophy (JASMITT study): a
multicentre, randomised, double-blind, placebo—controlled trial.
Lancet Neurol. 9, 875-884(2010).

Yoneyama, M. Visualising gait symmetry/asymmetry from acceleration
data. Comput. Methods Biomech. Biomed FEngin. 18, 923-930(2015).
Yabe, I. et al. Usefulness of the Scale for Assessment and Rating
of Ataxia (SARA). J. Neurol. Sci. 266, 164-166(2008).

Terashi, H. et al. Deficits in scaling of gait force and cycle in
parkinsonian gait identified by long—term monitoring of
acceleration with the portable gait rhythmogram. /SKN. Neurol. 2012,
306816 (2012).

Menz, H. B., Lord, S. R. & Fitzpatrick, R. C. Acceleration patterns
of the head and pelvis when walking on level and irregular surfaces.
Gait Posture 18, 35-46(2003).

29



14

15

16

17

Schmitz-Hubsch, T. et a/. Responsiveness of different rating
instruments in spinocerebellar ataxia patients. MNeurology 74,
678-684(2010) .

Wenning, G. K. et a/. The natural history of multiple system atrophy:
a prospective European cohort study. Lancet Neurol. 12,
264-274(2013).

Jacobi, H. et a/. The natural history of spinocerebellar ataxia type
1, 2, 3, and 6: a 2-year follow—up study. Neurology 77,
1035-1041(2011).

Lynch, D. R. et a/. A0001 in Friedreich ataxia: biochemical
characterization and effects in a clinical trial. Mov. Disord 27,
1026-1033(2012).

30



